By GORDON HOLMES, M.D.
A MAN, aged 60, sought advice for a slight attack of hemiplegia. On examination there was found extreme weakness of the orbicularis palpebrarum of each side, slight weakness of the orbicularis oris, and the cheeks were remarkably flat and thin. Since he was about 1D years of age the patient had not been able to whistle properly. The muscles which depress the arms were also weak, and there was considerable wasting of the lower part of each pectoralis major and atrophy of the upper portions of the trapezii. The patient was unaware of these muscular abnormalities. The question arises as to how the conditions found should be interpreted. Is it a myopathy which had ceased to develop in its earlier stages, or is it a congenital defect of muscles? We could not at first get from him any history of any such disease in his mother's or father's family, or among his brothers and sisters, but later t ¶fe patient casually mentioned that he was the father of a case which had been shown before the Society by Dr. Taylor, and that two of his brother's sons were similarly affected. In both instances the disease had been transmitted through the male line. His daughter and nephews had typical myopathy, which made the diagnosis of myopathy in his case very probable. Though he could not now whistle, he believed that he could as a lad, though not since he was aged 10. He was not conscious of the other muscular defects. The case is probably one of myopathy which appeared early but ceased to develop at a certain stage of its evolution. Very few similar instances have l)een recorded, but Erb has referred to a case of pseudohypertrophic muscular palsy which undoubtedly recovered.
DISCUSSION.
Dr. F. E. BATTEN said that the type which Dr. Holmes had described had many features closely allied to the Landouzy-D6jerine type. Surely it was recognized that so far as weakness of the face was concerned, this might remain quite stationary for many years. In many cases it was admitted that there was evidence that the patients had had weakness of the face at birth, and when seen between the ages of 30 and 40 years they had still the weakness of the face muscles, but no evidence of any progress of the disease. Dr. Holmes referred to the transference through the male. In the family he (Dr. Batten) had under observation the transference was through the female; and he thought it was generally recognized that this type was transferred ,through and affected males and females alike.
Dr. STANLEY BARNES said he had seen two cases of the Landouzy-Dejerine type who were aged over 50, and in each of them there was no reasonable doubt that the pectoralis major had been absent for twenty-five years and that the myopathy had not progressed for many years. He had always thought that the Landouzy-Dejerine type of myopathy was the most benign of the types known; there was a much better chance that the condition might be arrested and not progress to a generalized myopathy. One would assume that the case shown was myopathy, seeing that it had the distribution characteristic of the Landouzy-D6jerine type. He asked what were the minimal signs on which one ought to make a diagnosis of myopathy? In the last three months he had seen three cases in which the whole or the sternal part of -the pectoralis major had been absent on one or both sides, without signs of wasting of any other muscles. Must those cases be regarded as potential myopathies, or merely congenital absence of muscle ? He inclined to the latter view, and thought that cases might crop up of congenital absence of other muscles. The case shown by Dr. Harris might be one of congenital loss of a certain number of muscles in another situation. He did not think one should consider that every case which had lost the pectoralis major, or which had never had it, should therefore be regarded as even a potential myopathy.
Dr. GORDON HOLMES, in reply, said he showed the case as one which he hoped would be of interest to the Section; not because he regarded it as exceptional. He raised the question whether in this case one was dealing with a congenital muscular defect on the one hand or with a progressive muscular disease on the other. Dr. Batten had referred to a type in which from birth there was a congenital weakness of the face which did not progress. But he did not think such cases could be compared with the present case, because in this there was a history that the man could whistle when a lad, but gradually lost the ability to do so when about aged 10. The cases referred to by Dr. Batten of congenital weakness of the face were distinct from his own, which must be regarded as an abortive myopathy. The disease may be transferred through either the female or the male, especially the Landouzy-Dejerine type; but he had merely pointed out that in two branches of the same family transference took place through the male. In answer to Dr. Stanley Barnes as to where the line should be drawn for myopathy, he must say he did not think the congenital absence of one or both pectorals could justify this diagnosis. As a matter of fact, congenital bilateral absence of the pectoral muscles was very rare: only one or two cases had been recorded. Such cases constitute a condition quite distinct from myopathy; as in these there is definite agenesis or non-development of muscle, or at least congenital absence, while in myopathy muscles which are apparently normal at birth degenerate in later life.
